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m^wm-tz. gm2 fji/ifv iris K*ag w^yy ^ k-->*) 

ft tb^T V^ 0 t h ft £ fcHSt&tbfcKl^TW:, r. ft * T? G 

f"^ K*7Jfi, f^f - f y^g, ABiGM2-^y^!itVK- 
(C^^I £ft -5 0 GM1, GM 2 ft if \t Svennerholm <D-fo% 

m\Z.m-3<U¥tf%Xh } 0 % '>T/V»(Ofi«[^ 1 , 2, 3, 4, 5 {(§(7) 
^Sr^ft^ftGM, GD, GT, GQ, GPiW, £*tt0idSG 
g 4 Cer, Gg 3 Cer, LacCer, Ga 1 Ce r 
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±i$v>zf/vfrb <Dm%n<Dftmj?8kt Lxtis mati. mrn-^m 

*^xmmm*ttM^%*feft-mmz.m^hftz> 0 *lt, mm 
ftfrbmmmmis&xfy ymwzm^xmmmzttm-rztctbK. - 

te^lfiife, ? v^? h ?7 y J —1& (mx.it, DEAE-Sephadex ft 2 <D& 
A-> (2 : 1 (v/v)) tdiSJUKtta^^ 1/5{$^(D 

Tk^tzteo. 75~o. 9 %kc 1 7kmm&Mx.xmwi-z t , 

L^LfttfSfe, tiOll^y K (GM4^GM3/^) 14 

% % <o ^ 

W&ftM-tzjjmb LXM* (Djfmfrmm£tix\s^Z)tiK % in? tin 
# 8s fit, St ©EiR gt^f&H^^ h©B^ 

^-fi-^T?fe§ 0 #|;U4\ ^pvh^7 7^-fe-ciify7 p /u©S(i 
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l^t#ii©iif^0iKT^5 <t fete* ©EUR*** ^v%, 

±ie s#j 5 £«>k:, *i§0jtt s tie (i) ~ (6) <Dwm 

( 1 ) KTOIg : 

(2) Mffi«iigsr*s^^^y ^ Kt*ot, mmxm (t>) (c*>^ 

^ tz^mt-tzmm (i) E*c<D#it^& 0 

(3) *.®.*yv7 /w*s, ftfe5£ t < ttttftoftljfiig L < ItlELftt^ fete 

r i &#»£1-5t&fa (1) 4fcfi (2) f2»<D 

p n ^/v ^ £ t° y ^ t <o&&m x h z> r. t & t -r z> mm ( 1 ) 
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~ (3) ©^rfta^rettwa-Kifrfto 
(6) atr saw mmttimvo^to&ftm® ! mzM\,tc'&, tin 

famzM LT#btL5 r t *¥?wib-fz>mm ( 1 ) ~ (5) 

Elite, #3&"Ktc^5iesJli»<z>#i8i#Sji;: <fco-c#£>*ifc±s, ^ 
Wife J;tfTS£s*S* p-v h ^(DS^^m^ 

tiffed, 

it, I 3 HilJf J; XI/ 1. tc III 
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tf> ^Hl^Sr^v^y Kits £ t , #lcflE*ifc3(i 

Kj I:^t^i5t)©it5. 
fitT, #l8l:o^TttWt5, 

!S(a) 

T'ttffi LT#k ft Steffi^, AP7k##*&3I£;te Lt#eti5 
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!Jtnyyif x X7^y^y yiff) # -£ * *i T *3 9, ^f*f->- 

* & tt § £i & ^ m t <d u & m & m v ^ x % m m ft 1 & z m a i « & tt 

St) B#<ttffiT?t* J; 5 5o tetBO|5£ 

f-fi, > 7° /i- Z ^ tb * * J XLT*3< t J; v\ 

zmm l#5 i 5 ^mmmmomm, «i -a* a. 

<5 o 
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Mtt^£®t£^<t o?I-£itte, ii^l : 1~1 0 : 1 

it), £?£L<tel : 1~2 : 1 (^irit) "C fc -5 „ ^od*/^^ 
tlb <DU& it 2 : 1 : 1 : 0. 0 3 ~ 4 : 2 : 1 : 0. 03 

*a»iiiftotttiioBgHwt±, y y /^--^^^ i zmno 

-a^tiSo ifflttdDtS^Ii: Lttt, Mz.lt, 5ifi, MlfB, 

— ftifu: istttt) «P*s*jfe>n^ rftko&afi, tttti^^f-^ 
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•Vftm-TZZ kit's! ffekteZo ^fn&LJIfi, Tfr* y vtofcftMLIt 
k %i*Wt&%^Xftf£ 5 r ktfi-VZ. WtXtoTkftmLtck tfi7/w# 

ffi, ^frOIIC^ y yjJISCft ^as^SftTv^o 

jioj&v^^ (ur ti&mmi t^i 0 ) vh<o, ^ommit^^mm 
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16(b) 

It (b) 14, Ig (a) fcfctt-SgttSr, S&«K^»«*SZ1J1* 
tt, SAfe ft LTfctttf J: <£«£«#Lfc r> , i& 
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mtbtfc. mmm*<D#m'\mmtftmir% 0 -ttat>h. mm 
mt<om\^. m®i mm otprnm^mmtstiz, ^<dxo\c urn 

5 Hi 5 r. £ as-ct 5, tUBJf £#Si-f 5 r. b lei 

£ b 5„ tf» IBiatc^, W ifc * tf> 

vs. t k> i£ <d is i/ jf y K^-^^r^^Tv^so-e, £#Bt-r 5 
^ ^ y ^- k ^ e> r /vifeas s *s ^ti it r ^ r p # v ^ y k t •£ 

tt, ^s^p^h^y^-^ - (tlc), as &m Mm ? p -? h ? v y 
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■i — (HPTLC), M&mit? - (HPLC) T'^g 



(gffiftl i ] 

KTO^fel, *Sc2*5±t;*fe3i:±o , C, £&1?-y bit 

•5 , 3 fit ft 5. 

] 

Sandhoff Sftf^v ^(^t^y^7^7 hi)-) 0> jjgj <£> 5fc ( 2 
00~260mg) S:IS*lml-e**i?t'fXLfc^, ^pp* 
^A: -/V (2:1 (£*Jt)) 12ml *MtL, ^IC^^^ 

NXLfc Q ft^t, t° ]) v? ^ 6 0 n 1 x. , 5 0tT*2 0f|^y 

SHfc^- h y * a • ^ * y -/v^e^4 m 1 &apx.'can;jc#a? u y ^IS 
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[#853] 

Sandhoff #§^E-yvV-7 "7 * (DjjgCD^Bfc (200~260mg) £ ^ p 
njJwVA:^*/— /V(2:l (£*Jfc)) fciV^oB*/^:^^ 
y-J^-.mmiK (1:2:0. 8 (^ftit)) TttliiU ttflgf? (^M 

r <D ft j±J f£ £ DEAE-Sephadex # 7 ^ \Z i§ b ^ , ^ p p tJwU A : y 

* y : o. sn mm-r v y ? a ( 1 : 2 : 0 . 8) -e&tti&ijiifc&jg 
aiLfe, 0. 1 no h y -7 a • * 9 ; -^fem-etofrftM^ 

/cm, lNgm-e^frlU $*S77 7A (SeppackC18) tCiiLTML 

: y 9 J — A> (2:1 (&*Jt)) {ZfeML1t&, > y * 
U — h y P P : y ^ J — /I/ : 0. 25% CaCl 2 ( 6 0:3 5:8 ) 

■C8H!L,7y^oyil!iSr!!J;|ftltT*y h/u- h -?3§& £ i£/c 0 
7° h ±(D^> Kfit, ^ p h * df- ^f - (Shimadzu CS-930) T*^ 

»u zti?'no%miz&rt zmmnomi&m, xs&xfimfuztittm 

(Aminiitt, D. (1961) Biochem J, 81, 384-392) <fc <9 t? ft V \ It 
IIOfltt7 x 7 — (Dubois, 11(1956) Anal. chem. 28,3 
50) (Cj; 19 fffcofco 

$ Jf^ n-7 ^77^©Ilg*^| 1 *5 cfct/H 2 (C^1- 0 HI 1 
f4, 1 "C#fc;h,fc»ffi«<D«Mtt*-Cfc <9 , Hit, 1^-^114 

i2it Jim 1 ~ 3 t?#e>nfc«iiKosMjg*-c& r> . 112 
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fc^mtstizmmw, \s-v i i nxm 2 xmhhtcmmw, 
1 1 1 fcjjW;3 x*mbtitcmmnx*hz> D 

Bii:*ti5C, ±S lute, «*mjg£>Mff^ 

^fn-/K irl/^P^K (Cereb), ^/l/77f K (Sulfh > ? }) 
(GA2, GM2, GM1 , GDla, GDlb, GTlb) ft^fc o * , T 

if (U— >3) Kite, ^^TO-/K "fel/^PVK (Cerebh * /V 
77f K (Sulf), ^fy^Ut^K (GA2, GM2) fl* IB «> ?> *l , 

5 - <t ^ -e £ 5 r t Lfc„ 

(GM2, GMl, GDla, GDlb, GTlb) Oflfe, > Jf }) 
Ffrbi'T/l'mmmtfW-tltzT^TvtfyyV iris K (GA2 (7V 
Tp GMl)), ^P #V Kfc E<Dmm%h^*tix%> 0 , tKifcit; 
Tl^it5:l:iaot, 5 £ < , 

l'8l!-el5:i:iS!|iijij|tfc„ 1 £> J: tf^Ss 2 f*m^SL £ 

tifcft^ff tf>i;te, *Slo*^*S2J;nif4. 7%, VT )V 

mx9. 8%£fr^tc - tfrb, xmi p-e hfyy^-tmn 
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*3 «fctf#?fe 2 rof^KTt'fco fcOfi, DEAE-Sephadex *7AT'ftt 
MfT'fcS GA2 fcmfrtlX^^fctzlbX*foZ 0 

Sandhoff m^T'sV'? V *<DmUtV(D%.fcy-V7^frh h, 1 \Z. 

m^fc±{^^->y^n, m, mm, mm, mm, km, m, 
jjmi izxixmbtitcmmn*? n pjjwva : / $ ;->v (2 : 

1 (£*ifc)) — ht:^PD*;uA : ^ 

* 7 : 0. 25% CaCl 2 ( 6 0:3 5:8 ) XMM L , T n y«i 

h^dr t t^- (Shimadzu CS-930) tr^*L, $ffl§ SC <Z> HJ U & . 
*3 J; V 0 IR $ fi it m B K © la fife £ it & $ W L fc „ 

^om^^m 3 ^-r 0 

in 3 \z.7Fir& o \z., mm, mm, ^^^^xim^b^m^^wmL 

TVN^,GM2, GA2, GD2 £r , TSBfrb « ^ o tf? v- K £ § r i ^ X 

itsrt^tifc, tf^^y*- (gangiio) a^m* 

<D?vtf (globo) (lacto) ^?IJfc El X^ 

z>^txh% 0 mmw<D&*mm-&m\u*, #>yy* (gangiio) $ 

(globo) ^^IJ % h (lacto) O^nf (isog 
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lobo) %&\ s %Jr7? h (neolacto) IkM . -Y V U V 7' V * (isogan 
glio) 7? btf>?y* (lactoganglio) 56 ?IJ ft if # & 3 # , 

(ganglio) 56#J«:-&t?*#»0l3B?lJ± 

x*m z&wx-feLxmmxz z> r. t a^igsftfco 
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1 . j^roia : 

ttU *WS:i3j:tf/3;fcfiTJi£#Si-f 5Xg 

2. ifEISJlKdS^f^^ y Hr*s K-efcot, SfrEXS (b) (cjoVN 

p p sjwva t tr y ^ t 5 r t t -r -51**^ 1 ~ 
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